Case report
===========

A 40-year-old woman was evaluated for abdominal pain, which had been present for two years. Abdominal ultrasound did not reveal any abnormalities. The patient had a history of endometriosis. Complete blood count, chemistry panel, urine analysis, and liver function tests were normal. Medical history, physical examination, and biochemical parameters did not suggest any dysfunction. Magnetic resonance imaging (MRI) and computed tomography (CT) of the abdomen showed a heterointensive 2.36 × 8.53 cm aberrant enhancing mass in the projection of the left diaphragmatic peduncle ( [Figures 1A, 1B](#f1-imcrj-4-021){ref-type="fig"}). Excision of an aberrant solid retroperitoneal mass was performed. Pathology revealed an extralobar pulmonary sequestration in the left retroperitoneum, with a brown elastic 4.7 × 1.5 cm tumor. In sections, the multicameral tumor was filled with a whitish consistency substance. The tumor consisted of bronchioles lined by ciliated columnar epithelium and alveoli ([Figures 2A, 2B](#f2-imcrj-4-021){ref-type="fig"}). Three months later, a follow-up MRI revealed the residue of the retroperitoneal mass ([Figure 3](#f3-imcrj-4-021){ref-type="fig"}). There was no negative dynamic of mass residue three months after MRI imaging.

Discussion
==========

Pulmonary sequestration was first described in 1861 by Rektorzik as an embryonic mass of lung tissue that has no identifiable bronchial communication and receives its own blood supply from an anomalous systemic artery with an origin at either the thoracic or abdominal aorta.[@b1-imcrj-4-021] Prevalence of pulmonary sequestration accounts for up to 6.4% of all congenital pulmonary malformations and 1.1%--1.8% of all pulmonary resections.[@b2-imcrj-4-021]

The sequestration is called extralobar because the mass lies outside the normal visceral pleura, and may also lie outside of the thorax in a subdiaphragmatic position. Extralobar pulmonary sequestration accounts for 14%--25% and intralobar pulmonary sequestration accounts for 75%--86% of cases. In extralobar pulmonary sequestration, males are affected approximately four times more often than females. Sixty-one percent of patients present when they are younger than six months of age. In 10% of cases, patients are asymptomatic at the time of diagnosis.[@b2-imcrj-4-021]

Ideally, the diagnosis could be made without surgery by percutaneous tissue biopsy and imaging.[@b3-imcrj-4-021],[@b4-imcrj-4-021] However, computed tomography (CT)/magnetic resonance imaging (MRI) does not provide a conclusive diagnosis of extralobar pulmonary sequestration.[@b3-imcrj-4-021],[@b4-imcrj-4-021] The diagnosis of an intralobar pulmonary sequestration can be confirmed by enhanced contrast CT scanning with three-dimensional reconstruction, which is a noninvasive method.[@b3-imcrj-4-021],[@b4-imcrj-4-021] CT scans have 90% accuracy in the diagnosis of pulmonary sequestration.[@b3-imcrj-4-021],[@b4-imcrj-4-021] Arteriography (conventional or CT angiography) is the gold standard for identifying pulmonary sequestration because it confirms the anatomy and identifies the systemic arterial blood supply.[@b1-imcrj-4-021] MRI and MR angiography can provide information similar to that obtained by CT scans.[@b5-imcrj-4-021]--[@b8-imcrj-4-021] Ultrasonography is noninvasive and safe, making its use ideal in the prenatal and postnatal settings.[@b9-imcrj-4-021]--[@b11-imcrj-4-021] Color flow and duplex Doppler ultrasound can accurately depict the ectopic blood supply and drainage.[@b12-imcrj-4-021]--[@b16-imcrj-4-021] Radionuclide angiography is another noninvasive technique that may demonstrate the systemic arterial blood supply to the sequestration, thus establishing the diagnosis.[@b17-imcrj-4-021],[@b18-imcrj-4-021]

Management of an asymptomatic pulmonary sequestration with no connection to the surrounding lung is controversial. At present, open surgery remains the best approach to definitive resection for intralobar or extralobar sequestration.[@b19-imcrj-4-021] An alternative option to treat pulmonary sequestration is embolization of the feeding arteries.[@b19-imcrj-4-021]

Conclusion
==========

The gold standard for identifying pulmonary sequestration is angiography because it confirms the anatomy, identifies the systemic supply, and shows the venous drainage. It should be done to clarify the vascular supply to the pulmonary sequestration as an essential part of the preoperative assessment of such patients, due to the risk of occult or operative hemorrhage, and to identify the exact artery to be destroyed to remove any blood supply to the mass residue. We encourage keeping in mind pulmonary sequestration anomaly presenting as an aberrant retroperitoneal mass. Prompt suspicion of nonresolving radiological lesions is needed to enable correct and early diagnosis of pulmonary sequestration. Three months later, there was no negative dynamic of mass residue on MRI in our patient. In case of mass enlargement, artery embolization or surgery is indicated.
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![**A**) Magnetic resonance image of the undetermined retroperitoneal left subdiaphragmatic mass (2.36 × 8.53 cm, arrow). **B**) Axial postcontrast arterial-phase computed tomographic image of undetermined retroperitoneal left subdiaphragmatic mass (2.36 × 8.53 cm, arrows) with small calcifications inside.](imcrj-4-021f1){#f1-imcrj-4-021}

![**A**) Histology specimen consisting of bronchioles (1) lined by ciliated columnar epithelium and alveoli (2). **B**) Histology specimen consisting of a bronchiole (1) lined by ciliated columnar epithelium.](imcrj-4-021f2){#f2-imcrj-4-021}

![Magnetic resonance image of left retroperitoneal subdiaphragmatic region with mass residue (arrow).](imcrj-4-021f3){#f3-imcrj-4-021}
